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Ozet Abstract 
Pulmonar adenoid kistik karsinoma genellikle trakea ve ana brons gibi merkezi Pulmonary adenoid cystic carcinoma is a rare salivary gland-type malignant neo- 
hava yollarinda yerlesik, tiikriik bezi tipinde, nadir bir malign solunum yolu tiim6- plasm of respiratory tract that is usually located in the central airways such as 
rudur. Periferal akcigerden kaynaklanan adenoid kistik karsinoma oldukga ender- trachea and main bronchus. Adenoid cystic carcinoma arising from the peripheral 
dir. Burada, 52 yasinda bir kadinin sag akciger alt lobu terminal bronsiyol dista- lung is quite rare. Here, we report adenoid cystic carcinoma that developed at the 
linde gelismis adenoid kistik karsinomay! rapor ettik. end of the terminal bronchiol of the right lung lower lobe of a 52-year-old woman. 
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Introduction 

Adenoid cystic carcinoma (ACC), known as “cylindroma” in the 
past, is a distinct type of malignant epithelial tumors. ACC com- 
monly arises in major and minor salivary glands, but also it may 
occur in breast, skin, esophagus, uterus and lung1. Primary lung 
ACC occurs within the primary lung cancer in 0.2%, and com- 
monly arises from central extra-pulmonary airways such as tra- 
chea and main bronchus . Peripheral lung ACC is very rare and 
represents approximately 10% of primary lung ACC2. Here, we 
describe a rare case of primary lung ACC arising in the terminal- 
respiratuar bronchiol junction. 


Case Report 

A 52-year-old woman was admitted to the hospital with com- 
plaints of chest pain that existing approximately one year dura- 
tion. A chest X-ray showed a mass shadow 5-6 cm in diameter 
in the right lower lobe (Figure 1). On the chest computerized 
scan, a lung mass that measured 6 cm and adjacent to the chest 
wall was detected at the right lower lobe (Figure 2). Fiberoptic 
bronchoscopy revealed no tumor in the bronchial lumen of the 
right lung. At the time of thoracotomy a smooth sided, solid, 
grayish-white colored mass was found attached to the thorax 
wall from anterior in the middle lobe of right lung. Resection 
of the middle lobe was performed. Examination of the speci- 
men revealed a tumor measuring 6X6 cm which appeared to 
arise from the area of peripheral in the middle lobe. The lesion 
presented as peripheral parenchymatous nodules unrelated to 
a bronchus; macroscopically, well circumscribed light tan mass 
(Figure 3), does not grossly infiltrate the underlying lung pa- 
renchyma .Microscopically, small cells with dark stained nuclei 
were arranged either in a cylindromatous (predominant pat- 
tern) or in tubular patterns, embedded in an abundant hyaline 
stroma. Histologic grades were established as grade | and the 
neoplasm itself was characteristic of adenoid cystic carcinoma 
Tumor was histologically benign. Histochemical studies showed 
strong positive of myxoid matrix with PAS and of the cells in 


Figure 2. Chest CT scan of the case. 


Figure 1. Chest X-ray imagine of the 
case shows a solitary mass shadow in 
the right lower lobe. 


therapy, with a total dose of 50 Gy, was delivered in 25 frac- 
tions. The patient is alive and well, with no evidence of recurrent 
or metastatic disease 12 months after surgery. 


Discussion 
Adenoid cystic carcinoma is a relatively rare salivary gland- 
type lung carcinoma [1]. Submucosal tracheobronchial glands 
are considered the pulmonary counterpart of the minor salivary 
glands of the head and neck and are present from the first to 
the fourth order bronchi [2]. Additionally they are found in 79% 
of the fifth order bronchi (as named lobulary bronchi), but in only 
11% of the sixth order bronchi (as named terminal bronchi) [4]. 
Therefore, primary pulmonary ACC is commonly arise from cen- 
tral extra-pulmonary airways such as trachea and main bron- 
chus [2,3]. Peripheral lung ACC is represents approximately 10% 
of primary lung ACC. Peripheral lung ACC arises from bronchi 
smaller than the segmental bronchus which are named as lobu- 
lar and terminal bronchi [3,7]. Our presented case is rather dif- 
ferent from those presented in previous reports. Because, in our 
case the tumour had been derived from the terminal-respiratory 
bronchiol junction. This location is far most peripheral than usu- 
ally presented. Pulmonary adenoid cyctic carcinoma relatively 
low biologic activity manifests itself in long term survival but 
it tends to metastasize to distant sites and often recurs after 
a long interval [5]. ACC spreads commonly by direct extension, 
submucous or perineural invasion or hematogenous metastasis. 
Although metastases to brain, bone, liver, skin, kidney, abdo- 
men and heart have been reported, pulmonary metastasis is the 
most common [6]. The prognosis was generally poor with overall 
survival of 10-20% at 2 years in the past [5]. However, with the 
improvement of surgical techniques, the 5 year survival rates of 
the resected cases have been reported to be 60-100%7. Sur- 
gery is the primary management of pulmonary ACC. Adjuvant 
radiation therapy is used when there is a high risk of local re- 
lapse, or when residual disease persists after surgery [8]. Also, 
in our case, postoperative radiotiotherapy was performed, due 
to proximity to the chest wall of 
mass. For the patients with unre- 
spectable tumors, primary radio- 
therapy (RT) or RT after Nd-YAG 
laser ablation may provide satis- 
factory results. However, the role 
of chemotherapy in ACC patients 
remains controversial, and no ef- 
fective chemotherapy regimen 
for pulmonary ACC has yet been 
established [5]. Therefore, new 
therapeutic approaches such as 
ACC-targeting drugs are need- 
ed. C-kit expression appears as 
a common feature in 80% to 
100% of adenoid cystic carcino- 
ma of the salivary glands aris- 
ing from the head and neck. Tra- 
cheobronchial ACCs consistently 
showed CD117 expression, as 
do ACCs of the salivary gland. 
Therewithal, CD117_ positivity 
has been proposed as a useful 


marker for distinguishing ACC 
from polymorphous low-grade 


Figure 5. The tumor arose from the 


Figure 3. Macroscopically appearance Figure 4. = Immunohistochemical 


of the mass. finding of the case; SMA positivity mucosa of the terminal bronchiolus 
(SMAx400). and a respiratory bronchiolus (arrow) adenocarcinoma. In our case, tu- 
(HEx400). 
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mor was staining with CD117 but CD 117 expression was low.. 
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